A 32-year-old adult case of glomerulocystic kidney disease (GCK) is reported. He had brain and muscle atrophy, probably due to congenital malformation. Progressive renal failure developed and he died. Autopsy disclosed multiple tiny cysts exclusively in the renal cortices. Microscopic study revealed that the cysts were dilated Bowman'sspaces. This case is the 12th adultcase reported in the world. (Internal Medicine 32: 742-744, 1993) 
Introduction
Glomerulocystic kidney disease (GCK) which involves bilateral cortical polycystic renal changes due to uniform dilatation ofBowman's capsule was named by Taxy and Filmer in 1976 (1) . Since then, there have been many case reports in newborns and infants. Eleven adult cases have been reported since the first report of a 25-year-old female by Dosa et al (2) . Wetreated a 32-year-old male with renal dysfunction of unknownetiology associated with muscle and brain atrophy. GCKwas disclosed by autopsy in the present case. This rare entity of cystic disease should be considered in the differential diagnosis of renal dysfunction of unknowncause.
Case Report
A 32-year-old male was referred to Tokai University Hospital in November 1989 because of advanced renal dysfunction (serum creatinine: 4.0 mg/dl). He had postbulbar optic neuritis and elevated intracranial pressure at the age of 1 3, but no tumor was noted by craniotomy at that time. He had experienced several episodes of disturbance of consciousness from epileptic seizures since the age of 14. Dementia of unknownetiology had also developed since that age. He was admitted to another hospital and was diagnosed as suspected Leigh encephalopathy (mitochondrial cerebromyopathy) and other metabolic disease of the neurons although no definite diagnosis was made.
Advanced renal disfunction was disclosed at the age of 32 by a local doctor. None of his family membershad renal problems.
Physical examination on admission to our hospital revealed anemic conjunctiva and diffuse muscle atrophy. His blood pressure and body temperature were normal. No skin rash, lymphoadenopathy orjoint deformity was observed. There was no peripheral edema. As depicted in Autopsy disclosed marked brain, muscle and kidney atrophy. There was incomplete necrosis (diameter: 1.5x2.0 cm) in the bilateral putamen. Necrosis was also observed in the gray matter with growth of vessels. Dilations of the third ventricle of the cerebrum and aqueductus cerebri were noted, perhaps due to cerebral atrophy associated with slight necrosis in the peripheral area of the aqueductus cerebri. There was myelinoclasis in the optic nerve, and gliosis in the posterior lobe. Necrotic changes were also noted in the gray matter of the spinal cord, especially in the thoracic cord. These findings might explain the postbulbar optic neuritis, disturbance of consciousness and dementia. Marked muscle atrophy was noted in the extremities. Muscle fibers wereoccasionally necrotic and no neurogenic change was observed. There was degeneration of mitochondria in the skeletal muscle. Both kidneys were atrophic (rt. 90 g, It. 70 g) and tiny multiple cysts (max. dia. 4 mm) were located exclusively in the cortices (Fig. 1) . A microscopic study showed normal to atrophic glomeruli in the markedly dilatated Bowman's capsules (Fig. 2) . About 20% of Bowman's capsules were normal in size microscopically. Tubuli showed a thyroid pattern but were not dilatated. Intra-glomerular components were normal to slightly sclerotic although some of them showed poor expansion. Interstitial fibrosis and slight mononuclearcell Glomerulocystic Kidney infiltration were observed in the tubulo-interstitial area (Fig. 3 ). There was no medullary atrophy and no urinary tract abnormalities.
These findings suggested that this patient had GCKand muscle and brain atrophy , probably due to Leigh encephalopathy or other metabolic abnormalities.
Discussion
Since the first case of GCKcharacterized by dilatation of Bowman's capsule reported by Taxy and Filmer in 1976 (1), many infant and child cases have been reported. Manyof the children with this condition died from progressive renal failure or other associated congenital anomalies. Eleven adult cases of GCKhave been reported since the first report by Dosa et al in 1984 (Table 2) . Most cases were sporadic except for those that reported by Carson et al (5) and Kaplan et al (7) . Associated complications were heterogeneous and consisted of both acquired and congenital complications. The presented case had brain atrophy with mild necrosis and muscle atrophy, probably due to mitochondrial cerebromyopathy. However, the precise pathogenetic mechanismof GCKwas not clear in this case. Adult cases of GCKhave been reported to be associated with various disorders as shown in Table 2 . Therefore, GCKmight not be a distinct clinicopathological entity, but rather an associated pathological condition. Further accumulation of GCK cases is necessary to elucidate the pathogenesis of this rare renal Internal Medicine Vol. 32, No. 9 (September 1993) Nakao et al ultrasonography for diagnosis of GCK(3-5). However, the diameter of manycysts maybe too small to obtain a definite diagnosis of GCK.Recently, Egashira et al reported MRIof GCK(5). They indicated uniform low intensity of the renal cortex on Tl-weighted images and cortical high intensity similar to the medulla on T2-weighted images. GCKin the presented case was disclosed by autopsy. Ultrasonography and CTscans would not have revealed this condition. Therefore, it appears that tissue diagnosis by renal biopsy might have been the only procedure to obtain a definite diagnosis. The prognosis of GCKis variable. Manyinfant and child cases have a poor prognosis because of progressive renal failure or associated congenital malformations. However, three of the 12 adult cases were over 60 (6-8) . This fact indicates that there may be asymptomatic patients. GCKshould be considered in the differential diagnosis of cystic disease in adults.
